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McCUNE-ALBRIGHT SYNDROME / Giirler et al

DisCcussiON

Pediatricians and endocrinologists are concerned
about McCune-Albright syndrome. Because
nothing about its cause and pathogenesis is certain,
patient follow-up and treatment are crucial. Of the
three components of this syndrome—multifocal fi-
brous dysplasia in bones, widespread café au lait
spots, and precocious puberty—the latter is the most
important.

Pathologic fractures, especially in the femur,
caused our patient to crawl on all fours. Because cra-
niofacial involvement occurs in 100% of dissemi-
nated cases, plastic surgeons are often consulted. In
such involvements, multiple pathological cranial
base fractures, deafness, optic atrophy, and neuralgia
caused by pressure to cranial nerves were reported.'
Although it is rarely reported in dental literature,® in
20% of our cases, mandibular involvement was
found. However, in studied literature, these man-
dibular lesions were not found to be as dramatic or
severe as in our patient. In fibrous dysplasia associ-
ated with McCune-Albright’s syndrome, a malignant
degeneration such as osteogenic sarcoma was re-

Fig 3 Lateral aspect of mandibular mass.

found (Fig 4). The patient underwent surgery after
the completion of routine analysis. The expanded
lower lip was opened at the midline. We reached to
the tumoral mass and mandible with mucosal inci-
sions through the lower vestibular fold. Although
the entire mandible was attacked by fibrous dyspla-
sia, a partial mandibulectomy and tumoral mass ex-
cision were performed. Afterward, mandibular parts
were carved in both sides and the tips of a custom-
made prothesis were placed and was fixed with bone
cement.
, The lower lip was joined at the midline, and its
b expanded parts were removed at the upper area. A
Weber-Ferguson-Longwire incision was made on the
left side, and the mass, which covered the left max-
illary sinus was excised with chisels. The operation
was completed by suturing all the incisions. No sur-
gical complication developed postoperatively (Fig 5).
Even though pre- and postoperative routine
analyses were in normal range, the postoperative
blood glucose level was 294 mg%. Required insulin
management and diet were implemented. On post-
operative day 3, blood glucose level was normal. Fig 4 Tomographic view of the lesion.
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Fig 5 Postoperative appearance of the patient.

ported.’® There was no malignancy in this case. En-
docrinological disorders, such as Cushing’s disease,
goiter, hyperparathyroidism, acromegaly, hypotha-
lamic diabetes mellitus, hyperthyroidism, and hy-
perprolactinemia may be associated with this syn-
drome.5712

Hyperparathyroidism, histiocytosis, multiple
myeloma, Paget’s disease, juvenile Paget’s disease,
neurofibromatosis, and cherubism should be in-
cluded in the differential diagnosis of bone lesions of
McCune-Albright’s syndrome.'

Some endocrinologic disorders such as thyroid
storm have been reported in surgical patients with

82

McCune-Albright syndrome'®; however, no problem
has occurred in our patient other than hyperglyce-
mia, which continued in first 2 postoperative days.

Our patient is still under observation by the De-
partment of Pediatric Endocrinology to detect new
genetic findings in light of the latest literature and to
manage the therapeutic procedures.
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